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Abstract 
Background: The population of patients with adult congenital heart disease (ACHD) is 
growing, and the estimated life expectancy has increased. Therefore, factors related to lifestyle, 
such as physical activity (PA), exercise, and the risk of lifestyle-related diseases, to which these 
patients may be more susceptible, are becoming increasingly important to study. 
Aim: The aim of this thesis was to increase understanding of physical fitness (muscle function, 
cardiorespiratory endurance), PA, and health-related quality of life (HRQoL) in patients with 
ACHD. Another aim was to study patients who have undergone heart surgery using existing 
arteries that may impact arterial blood supply to the affected arm, with special attention on the 
arm and spine, and determine whether exercise may improve physical fitness in patients with 
complex ACHD. 
Methods: Studies I and II were register-based cross-sectional studies including patients with 
different types of ACHD that aimed to assess muscle function and cardiorespiratory fitness, PA 
level and HRQoL. Study III was also a cross-sectional study and aimed to assess patients with 
coarctation of the aorta (CoA), a narrowing of the descending aorta, regarding muscle function, 
arm length and circumference, and spinal mobility. Study IV aimed to assess exercise training 
with or without supplemental oxygen in patients with complex ACHD with primary outcome 
measures VO2peak and muscle function.     
Results: Studies I and II found that patients with ACHD, even patients with less complicated 
ACHD, have lower isoinertial muscle function and impaired cardiorespiratory endurance 
compared to healthy reference values. Study III found that patients with CoA who had been 
operated on using the subclavian flap technique have impaired muscle function and reduced arm 
length and circumference. Exercise training with or without supplemental oxygen was safe for 
patients with the most complex ACHD, and the intervention was feasible.  
Conclusion: The results revealed impaired muscle function and cardiorespiratory endurance in 
patients with various types of ACHD. Patients may also have impaired muscle function and spinal 
mobility due to heart surgery. Even patients with less complicated ACHD exhibit impaired phys-
ical fitness, which suggests that tests of physical fitness should be offered to all patients with 
ACHD. Adapting to or maintaining a physically active lifestyle and good physical fitness is im-
portant in all patients with ACHD to, reduce the risk of lifestyle-related diseases. Even patients 
with complex ACHD and decreased physical fitness may be offered individually prescribed ex-
ercise to improve physical fitness. 
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